Angioleiomyoma is a rare benign tumor arising from the vascular smooth muscle cells and occurs most frequently on the lower limbs of middle-aged women. The prevalence of angioleiomyoma on the head and neck area is 8.5%. Unlike angioleiomyomas that occur on the lower extremities, pain is not common in patients with head and neck presentation. Making an initial diagnosis of angioleiomyoma is difficult at a location apart from the predilection sites because of its nature of having no clinical symptoms or diagnostic characteristics. We report a rare case of angioleiomyoma on the antihelix of the left ear and a review of the literature on such tumors.

A 58-year-old woman was referred to our clinic for excision of a mass on the antihelix of her left ear. The patient gave a history of noticing a tiny mass 5 years earlier on her auricle without any symptoms. However, the mass exhibited a sudden increase in size within the previous month without symptoms such as ulceration, bleeding, or pain. The patient first visited the Department of Dermatology and underwent a punch biopsy under suspicion of hemangioma. The pathologic report confirmed angioleiomyoma, and the patient was transferred to the Department of Plastic Surgery for surgical excision. A physical examination revealed a 1 cm purplish round mass on the antihelix of the left ear. The mass was non-tender and firm on palpation ([Fig. 1A](#F1){ref-type="fig"}). The mass did not show any signs of thrill or bruit. Complete surgical excision was performed, and the resected mass measured 9×5×5 mm with encapsulation ([Fig. 1B](#F1){ref-type="fig"}). On follow-up 2 months after the operation, the patient had no clinical problems, and she was satisfied with the results ([Fig. 1C](#F1){ref-type="fig"}). A histopathological examination showed a well circumscribed mass with a fibrous capsule. The tumor was composed of smooth muscle, presenting as interlacing bundles between numerous vascular channels ([Fig. 1D, E](#F1){ref-type="fig"}).

Leiomyoma is a benign mesenchymal tumor characterized by the proliferation of smooth muscle cells. These tumors are histologically classified into three groups: solid leiomyoma, angioleiomyoma, and epithelioid leiomyoma. A case of leiomyoma on the wall of a blood vessel was first published by Aufrecht \[[@B1]\] in 1868. Angioleiomyoma most commonly occurs in middle-aged women and is usually solitary and painful. Hachisuga et al. \[[@B2]\] reported in their clinicopathologic study of angioleiomyoma that among 562 cases, 500 (89.0%) had developed on the extremities, and 375 of these cases were on the lower extremities. Angioleiomyoma occurred on the head and neck area in 48 cases (8.5%) and on the trunk in 12 cases (2.5%).

Morimoto \[[@B3]\] categorized angioleiomyomas into three types according to their histologic patterns: solid or capillary, cavernous, and venous types. A solid or capillary type, the most common type of angioleiomyoma, consists of smooth muscle bundles. Because of their close interlocking structures, these bundles give angioleiomyoma a slit like shape. A solid or capillary angioleiomyoma on the extremities is usually painful, whereas pain is relatively uncommon for patients with an angioleiomyoma on the head and neck area. A cavernous type tumor is composed of a dilated vascular channel with thin smooth muscular wall. A venous angioleiomyoma has a thick smooth muscle wall and often develops on the head and neck area of males.

It is difficult to make a differential diagnosis of an angioleiomyoma from other diseases because it does not have any specific clinical manifestations. This tumor is unusual in that one symptom is pain, appearing usually when the lesion is located on an extremity. As in this case, angioleiomyomas on the head and neck area usually are not painful. Fibroma, neurofibroma, neurilemmoma, pleomorphic adenoma, and hemangioma should be ruled out when diagnosing angioleiomyoma. In our case, a punch biopsy was performed under a suspicion of hemangioma, which turned out to be angioleiomyoma. Magnetic resonance imaging (MRI) and digital subtraction angiography are useful for diagnosis. Radiologic images of MRI for angioleiomyoma show an isointense to slightly hyperintense signal compared with muscle on T1-weighted images, and mixed hyper- and iso-intensity areas with a hypointense rim corresponding to a fibrous capsule on T2-weighted images. On the other hand, neurofibroma shows low-to-intermediate intensity on T1-weighted images and heterogeneity on T2-weighted images. Neurilemmoma, one of the differential diagnoses, shows the specific \"target sign\" around the peripheral nerves on MRI \[[@B4]\].

Angioleiomyoma can be diagnosed with a pathologic examination. However, neurofibroma, palisaded en-capsulated neuroma, and neurilemmoma need to be ruled out. Immunohistochemistry markers such as desmin, smooth muscle antibodies (SMA), HHF-35, S-100 protein, and CD 34 can be helpful in making a differential diagnosis. Desmin, SMA, and HHF-35 are specific markers for smooth muscle. The S-100 protein can rule out neu-rogenic tumors from angioleiomyomas because the S-100 protein is positive for only neurogenic tumors. Positivity for CD-34 implies that the tumor has arisen from endothelial cells \[[@B5]\].

Complete surgical excision is the treatment of choice for angioleiomyoma, and it has been reported that recurrence after complete excision is rare. As in this case, angioleiomyoma developing on the antihelix of the auricle is rare. Making a differential diagnosis is important because this disease entity does not have any specific clinical manifestations. Furthermore, after a precise diagnosis is made, performing complete surgical excision is of paramount importance because angioleiomyomas have the potential for malignant progression into leiomyosarcoma.
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